ABSTRACT Twenty patients with the Ehlers-Danlos syndrome, (10 type I, six type II, and four type IV) were studied to assess the frequency of respiratory abnormalities in this condition. Five patients (25%) had had at least one episode of haemoptysis, but none had any defect of coagulation. There was a high frequency of recurrent sinusitis, notably in those with the type
The Ehlers-Danlos syndrome is an inherited defect of connective tissue characterised by soft and hyperextensible thin skin, hypermobile joints, and a particular tendency to bruising and bleeding. Other associated abnormalities include hernias, varicose veins, large arterial rupture, mitral valve prolapse, various ophthalmic complications, and obstetric problems such as premature rupture of the membranes and perineal tears.' Eight or more clinical types are currently recognised2 and specific biochemical abnormalities of collagen are known in Ehlers-Danlos syndrome types II, III, V, VI, and VII (table 1) . 3 There is no evidence to suggest abnormalities of elastin or other connective tissue components, although an abnormality of fibronectin has been described in type VIII. 4 No systematic study of pulmonary abnormalities in this group of disorders has been reported, although there have been several individual case reports describing pneumothoraces or bullae '5 -12 and haemoptysise 93 '8 We have undertaken a study of the clinical features and lung function of a group of patients with Ehlers-Danlos syndrome types I, II, and IV.
Patients and methods
Twenty five patients with type I, II, or IV EhlersDanlos syndrome attending outpatients at Northwick Park Hospital, Harrow, were contacted by letter asking if they would be prepared to take part in the study. Eighteen agreed, the remaining two patients in the study having been diagnosed at Guy mid dorsal value, MDV) was used as a measure of the straight back syndrome22; satisfactory measurements were obtained in 15 patients.
The minimum and maximum anteroposterior and lateral diameters of the trachea and, where possible, the right and left main bronchus were measured. In a review of tracheobronchiomegaly (the MounierKuhn abnormality), Katz et al23 established normal ranges for minimum and maximum diameters of the major airways. They, however, used a film focus distance (FFD) of 100 cm (40 in) for their posteroanterior chest radiographs, compared with 150 cm (60 in) in this study. The respective estimated magnifications would be 1.18 for an FFD of 100 cm and 1.11 for 150 cm. The normal range of Katz et 12 24 and three of these patients certainly had type IV disease.5 78 The patient described by Clark et a17 had bullae and type III collagen deficiency. Bullae were also reported in three other cases.' 9 1" The patient reported by Baumer and Hankey6 probably had a pneumatocoele, the diagnosis of Ehlers-Danlos syndrome being coincidental. Pneumothorax appears to be less commonly seen in Ehlers-Danlos syndrome than in Marfan's syndrome. 25 Twenty five per cent of our patients had had at least one haemoptysis. This has previously been described in Ehlers-Danlos syndrome,8 9 13 18 and in one patient 18 syndrome. 
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